the physiological hyperlipidaemia associated with pregnancy or use of oestrogen-containing contraceptives. Pregnancy and the change in dietary habit may have been key factors in modulating the clinical phenotype in our patient. The Cys264-+Tyr mutation may influence the clinical phenotype differently from other homozygous mutations of the LPL gene. In the 23 other published cases of hyperlipidaemic gestational pancreatitis that we have identified, there was substantial maternal morbidity with one maternal death. There were 6 fetal deaths in 29 pregnancies and the rate of pre-term labour was high.
Lupus erythematosus profundus, also known as lupus erythematosus panniculitis, is characterized histologically by chronic periadnexal and perivascular inflammation deep in the dermis which extends into subcutaneous fat, often with no overlying epidermal abnormality. Clinically this presents as subcutaneous nodules and plaques. It is extremely rare in childhood and because of this the diagnosis can be delayed or even missed, particularly if it occurs without the typical rash.
CASE HISTORY
A 9-year-old Pakistani boy who was previously well was seen in the accident and emergency department in November 1995 with cervical lymphadenopathy. He was treated with antibiotics but the lymphadenopathy persisted and he returned four months later with swollen lips. He was then referred to the maxillofacial surgeons who removed several grossly carious teeth and treated a presumed infection of his remaining teeth with further antibiotics. At this time a history of weight loss and sweating was noted, along with an erythematous scaly eruption overlying the left side of his lip and jaw. He did not improve and returned in September. On clinical examination he was afebrile, on the third centile for height and weight with a patchy erythematous eruption with follicular plugging affecting the right cheek, upper lip, left side of the chin and left upper arm. On the face the rash was overlying a nontender, woody swelling; a 3 cm patch of alopecia with scaling and erythema was noted over the left parietal region.
He was mildly neutropenic (1.7 x 109/L), erythrocyte sedimentation rate was 17 mm/h and C-reactive protein was normal. Autoantibody screen was negative apart from a positive antinuclear antibody of 1:40. Complement levels were normal but IgG was raised at 20.5 g/L (normal range 5.4-16. 1). A Mantoux test was negative and serum angiotensin converting enzyme was within the normal range. A computed tomographic scan revealed soft-tissue swelling over the right maxilla, and histological examination of a cervical lymph node showed reactive hyperplasia only. Biopsy specimens of the lip, scalp and cheek showed an atrophic epidermis with slight basal cell hydropic degeneration and follicular plugging. There was pigmentary incontinence with scarring in the dermis. Hyalization was evident in the basement membrane of adnexal structures and severe chronic inflammation in periadnexal, perivascular and perineural locations extended into subcutaneous fat. In addition the lip biopsy showed patchy chronic inflammation in a salivary gland. On direct immunofluorescence examination there was deposition of IgM, C3 and IgA along the dermo-epidermal junction. These changes were consistent with a diagnosis of discoid lupus erythematosus with lupus profundus. On treatment with prednisolone 10mg daily (0.4 mg/ kg) the rash had greatly improved after 4 weeks, but unfortunately there is residual atrophic scarring and hyperpigmentation. The prednisolone is being reduced by 1 mg per month and to date his skin remains quiescent. COMMENT Diagnosis in this child was delayed because the swelling and lymphadenopathy preceded the typical facial lupus-erythematosus-like lesions by several months and the characteristic alopecia occurred last of all. Apart from a weakly positive antinuclear antibody there is nothing to suggest systemic lupus erythematosus.
Lupus erythematosus profundus is rare but well recognized in adults, usually middle-aged women. Only a handful of cases in children have been reported in English. A review of 17 paediatric cases published in Frenchl revealed a female preponderance with lesions preferentially located on the face and shoulders and upper arms, with characteristic atrophic scars on resolution. The epidermis can look normal or poikilodermatous or resemble chronic discoid lupus erythematosus, and the patient may have systemic lupus erythematosus2. It is when lupus erythematosus profundus occurs on its own without any superficial cutaneous signs that the diagnosis can be delayed. The histological findings in our case are characteristic.
Treatment is usually with systemic corticosteroids but success has been reported with hydroxychloroquine in conjunction with topical steroids3.
